Pigmented paravenous retinochoroidal atrophy (PPRCA) is a rare disorder of unknown origin characterised by bone corpuscle pigmentation accumulation along the distribution of the retinal veins. In
' . 1 (a) Fig. 2 . Two days after admission, the ischaemic retina on the right eye now involves the whole macula. One week after the initial episode she became aware of a shadow in front of the right eye and attended the casualty department, from which she was admitted.
Initially her vision was 6/5 in the right eye and hand movements in the left. The patient felt fit and well.
Fundal examination was described as revealing a granular membrane over the posterior pole (Fig. 1) . She was admitted and given high-dose systemic prednisolone and vasodilators; however, her vision rapidly deteriorated in her right eye to 6/60 (Fig. 2) . The fundal appearances showed a large area of pale ischaemic retina which initially spared the fovea (Fig. 1) and which 2 days later encompassed the whole macula (Fig. 2) . Sarcoidosis was actively considered as a possible differential diagnosis but no immunological or haematological evidence was found for this. The chest radiograph was normal and syphilis serology was negative. Urinalysis and blood pressure were normal.
The only abnormal finding was a raised IgM level of The patient was discharged but reviewed again when she became pregnant in 1982, by which time some parafoveal pigmentation had developed and segmental choroidal atrophy was apparent (Figs. 4, 5) . In addition some peripheral pigment associated with the blood vessels was noted. Her visual acuity had remained stable at 6/60 in the right eye and 3/60 in the left. In 1986 further photographs showed an increase in pigmentation and these changes are further emphasised by the most recent photographs taken in 1997 (Fig. 6) . The presence of previous disease, when this is rarely found, appears to be a confounding rather than a causative association.
